Caroli's Disease (CD) is a rare congenital disorder characterized by cystic dilatation of the intrahepatic bile ducts. This report describes a patient with cholangiocarcinoma arising in the setting of monolobar CD. In spite of detailed investigations including biliary enteric bypass and endoscopic retrograde cholangiography, the diagnosis of mucinous cholangiocarcinoma (CCA) was not made for almost one year. The presentation, diagnosis and treatment of monolobar CD and the association between monolobar CD and biliary tract cancer are discussed. Hepatic resection is the treatment of choice for monolobar CD.
INTRODUCTION
Caroli's Disease(CD) is a rare congenital condition characterized by diffuse or focal cystic dilatation of the intrahepatic bile ducts [1]. Two forms are described, a simple type in which bile ducts are dilated and cystic, without hepatic fibrosis or its sequelae. The second type is associated with peri-portal fibrosis and leads to portal hypertension, esophageal varices and sometimes liver failure. Both types are characterized by recurrent episodes of intrahepatic biliary lithiasis and cholangitis as well as increased risk for development of biliary tract cancer. In some patients, the disease is confined within one hepatic lobe, with less than 150 cases of monolobar CD reported in the literature [2, 3] .
The etiology of CD is unclear, but it has been postulated that prenatal vascular accident leads to stricture and dilatation of bile ducts [1] . Liver resection, biliary bypass, endoscopic or percutaneous drainage, alone or in combination, have all been used to treat CD [4] [5] [6] .
This report describes a patient with CD confined to the left liver, who developed recurrent cholangitis after biliary enteric [19] . Reports of CD in twin sisters and in families suggest that this disease is inherited [20] . When CD is associated with congenital hepatic fibrosis, it is transmitted as an autosomal recessive disorder [21] . Cholangitis, bile stasis and intrahepatic stone formation are common features of the disease as illustrated in the patient reported. Septicemia [21] . Similar to the case presented, the majority of the patients were men older than 50 suggesting longstanding subclinical disease before the onset of cancer.
The increased risk of cholangiocarcinoma in CD is also found in cystic disease of the extrahepatic bile ducts and oriental hepatolithiasis [22] [23] [24] . Cholangiocarcinoma develops in 2.5-28% of bile duct cysts [25] [26] [27] [28] [29] [30] [31] [32] , whereas the incidence of biliary carcinoma in the absence of biliary cystic disease is only 0.0007-0.014% [25] .
The reason for this association remains unknown but bile stasis and chronic cholangitis are considered to be risk factors [26, 33] .
The diagnosis of cancer in the setting of CD is difficult. Endoscopic biopsy, with brushing and washing yields a diagnosis in less than half of cases of bile duct cancers. The overall sensitivity of preoperative cytology is 42% or less [34] [35] [36] [37] . A mass is infrequently identified. Surgical explora-tion with frozen and permanent sections is frequently non-diagnostic [6] . when the patient presented again with acute
